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PepKkuit cnyyam rpu6oBUMAHOrO0 MUKO3a y AeTen.
Co6cTBEHHOE HabNOAEeHME M 0630p AUTEPATYPHI

H. B. Makoga, [I. C. A6pamos, A. B. MwoHkuH, . M. KoHoBanoe
PedepanbHbili HAyYHO-KAUHUYeCKUl yeHmp 0emcKoli 2emamoioeul, OHKOI02UU U UMMyHo02uU uMeHu [mumpus Poeayésa, 2. Mocksa

Llenb cTaTbu: feMOHCTpauus cnyyas pefkoit MMMGMOMbI KOXM B AETCKOM BO3pacTe, 06CYXAeHNe COBPEMEHHbIX MOAXOA0B K ee AUArHoCTUKe
1 Nleyernio.

OcHoBHble nonoxeHus. pubosuaHblili Muko3s (TM) — dopma 3nokayecTBeHHON NMMGBOMbI KOXM, KpailHe peaKo BCTpevalowascs y AeTeil.
B cratbe onucbiBaeTca kAuMHWUYeckuii cnyyait M y pebeHka 14 neT, nosy4yaBlIero pasfuyHble BapuaHTbl NeuebHOro BO3AEICTBUSA, BKIOYAsA
TpaHCMIaHTaLMI0 KOCTHOTO MO3ra, M 06CYXAAI0TCA COBPEMEHHbIE MOAXOAbI K AMArHOCTUKE U JIEYEHUIO 3TOTO 3ab0NneBaHms.

3aknwoueHue. JIumhoMbl KOXN BCTPEYAIOTCA B [ETCKOM BO3pacTe W TpebyioT TlatebHO Mopdonornyeckon sepudukaumuun. Y neteit 6oisaet
HEobX0ANMO NpuMeHeHUe 6oslee MHTEHCUBHbIX BAPUAHTOB JIEYEHUS, YEM Y B3POCbIX NALLUEHTOB.

Kntoyesble cnosa: petu, rpubOBUAHBINA MUKO3, [UATHOCTUKA, IeYEHME.

Rare Case of Mycosis Fungoides in Children: Case Report

and Review of Literature

N. V. Myakova, D. S. Abramov, A. V. Pshonkin, D. M. Konovalov
Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Purpose of the Paper: To describe a case of a rare cutaneous lymphoma in a pediatric patient and to discuss modern approaches to diagnosis
and treatment.

Key Points: Mycosis fungoides (MF) is a type of malignant cutaneous lymphoma, which is very rare in children. This paper describes a clinical
case of MF in a 14-year-old child, who had received various treatments for this condition, including a bone marrow transplant. In addition,
the authors discuss modern approaches to diagnosing and treating this disorder.

Conclusion: Cutaneous lymphomas may occur in children and require verification through a thorough morphological investigation. Compared
to adults, children may require more intensive treatment.

Keywords: children, mycosis fungoides, diagnosis, treatment.

pnboBuAHbIA MuKo3 (TM) — 310 HanbGonee yactas opma @ M y peTeil, NOAPOCTKOB UM fJaxe MOJOAbIX B3pOC-
T-kneto4yHoit nNUMGBOMbBI KOXMW, KOTOpas BCTpevaeTca = JblX ABNAETCA O4YeHb peAKoi cuTyauuei. Mol npepnara-
B OCHOBHOM VY B3pOC/bIX NauyueHToB. Bo3HMKHOBeHue i em onucavue uctopuu GonesHu pebenka ¢ M u o0630p

Abpamos [iImumpuii Cepzeesuy — spay-namosno20aHamom omoeneHus namonoauyeckol aHamomuu ®rbY «®HKL AMON um. mumpus Pozayésax»
Mun3dpasa Poccuu. 117997, [CI1-7, 2. Mocksa, yn. Camopsl Mawena, 0. 1. E-mail: Dmitry.Abramov@fccho-moscow.ru
(OxoHyaHue Ha c. 74.)
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COBPEMEHHbIX B3MMALOB HAa [MAarHOCTUKY M NIEYEHUE 3TOro
3abosieBaHus.

OMUCAHWUE KNUHUYECKOIO CIYYAA

Manbunk M., 14 net, Bnepsble obpatuncs B DegepanbHbiii
HAYYHO-KAMHWUYECKNIA LLEHTP AETCKOW reMaTosiornu, OHKONOruu
u ummyHonorun um. fmutpus Porayésa (PHKL, AION) B 2012 r.
N3 aHamMHe3a M3BECTHO, YTO HaYyaNbHbIe MPU3HAKKU GONe3HU no-
asunucs B 2006 r. B BUAE anoneLun TeMeHHo-BUCOYHOI obna-
CTW, CbINW, PACLEHEHHON KaK aTOMMYecKuit LepMaTut, a Takxe
CYXOCTU KOXM Ha Geppax, roneHsx, CnuHe u aroguuax. B teve-
HUEe AJUTENbHOTO BpEMEHU MaNbyuK Habnio[ancs AepMaToiorom
no MecTy XuTenbcTa. B 2012 r. pebeHok 6Gbln HanpaBneH Ha
KOHCynbTauuo ummyHonora-annepronora 8 ®HKL 40N, v tam,
B CBA3M C HETUMUYHBIM [/1f aTONUYECKOro fepMaTuTa nopaxe-
HUEM KOXKH, eMy Gbina npoBeaeHa GUONCUs KOXU HUXKHEN TpeTu
neBoro 6efpa u NeBoit TeMeHHoi 061acTu.

Mpu r1CTONOrMYECKOM UCCAeA0BaHUM hparMeHTa KoXu Oblu
0OHapyKeHbl Takue xapaKTepHble NMPU3HAKM, KaK 3NUAEpMUC C
pPaBHOMEPHO pacnpeAeneHHbIM aKaHTO30M M MPU3HAKaMU runep-
KepaTo3a; B WMMNOBAaTOM Cloe — CKonneHus, hopMupoBaBLlne
ncesgoabcuecc Motpue (L. M. Pautrier), cocTosBlmne U3 MenKux
KNETOK C BbICOKUM SAEPHO-LUTONIA3MaTUYECKUM COOTHOLEHNEM
1 LepebpudopMHbIMU AfpaMu. Takue Ke KIeTKMU pacnonaranuch
cy63nuaepManbHO, NePUBACKYIAPHO, OKPYKanM NPOTOKU MOTO-
BbIX Xene3 U BONOCAHble QONNNKYNbI C BbIPAXEHHbIM 3NUTENN-
OTPOMM3MOM W pa3spylleHnem nocnefHux. [laHHbii MHGUALTpAT
NPOHMKanN rMyboKo B iepMy U MeCTaMu 3aTparuBa NOAKOKHO-KM-
poByto KneTyatky (puc. 1). Mo pe3ynsraTaMm UMMyHOTUCTOXUMUYE-

Puc. 1. 'mcroaormgeckas KapTuHA IPHOOBUAHOIO
MHKO32, OKPACKA I'€MATOKCHAHH-903MHOM.
OrMevaroTes XapakTepHBI armaepMoTporsm (A),
HaAmane rncesproadcrieccos (b), ckaaagarsie aapa (B)
VI MHBA3HUA AYKOBHUIIEL BOAOCAHOTO horamkyaa (I).

Domo asmopos

CKOTO UCCNEf0BaHMsA, KNeTKM MHGUALTPaTa M ncespoabeLeccos
(D3/CD2/CD4/CD5 6blnn NO3UTUBHbI, OTCYTCTBOBANA IKCMPeCccUs
(D7/CD8, ne onpepensnucs CD30, Granzyme B, (D117, CD20
(puc. 2). ®eHoTunupoBaHue nAuMMdouUUTOB nepudepuyeckoi
KPOBM He BbIABUIO 3HAYUMBIX U3MEHEHUIA.

Mocne rMcTonorMYecKoro n UMMyHOrMCTOXMMUYECKOrO uccne-
[0BaHusA GuonTara 1 NpOBEAEHWA UHCTPYMEHTaNbHbIX M Nabopa-
TOPHbIX UCCNEAOBaHNII Bbl YCTAHOBEH AWMArHO3: rPUBOBUAHbIN
MUKO3, DONNUKYNAPHBINA (MUAOTPONNYECKNit) BapuaHT, cTagus IB
(nopakeHne KOXU Yepena, Aroguu, NOACHUYHOM 06AacTy, oTcyT-
CTBMe nopaxeHus numdoy3nos u kposu) (puc. 3).

Manbuuky 6bina nposegeHa dotoxumuoTepanus (PUVA-
Tepanua), KoTopas He oOKasana MoNOXUTENbHOrO [eicTBuA.
3atem B TeyeHue 3 mecaues oH nonyyan NOH-a u metotpekcar
B fi03e 10 Mr/m? Ha (oHe Yero cHayana 0TMeYanoch yayJlieHue

Puc. 2. IMMyHOTHCTOXMMHYIECKOE NCCAEAOBAHIE.
Oxpacka TeMaTOKCHAIH-303MHOM. KaeTkn
naduabTpara npeactapaeas CD3-rrosuruBHbIME
T-anmcormramu (A), kosxcupeccupyror CD4 (b),
meratusBHEL 110 CD8 (B), orcyrersyror
CD20-mosurususie B-anmdonntsr (I'). Dorzo

aemnopos

o

Puc. 3. [lopaskenre KOKH HOACHHYIHON 0OAACTH
marenta M., 14 aet. Qoo asmopos

Koxosanos Amumpuii Muxatinosuy — K. m. H., 3a8edytouuli omoeneHuem namonoaudeckol aHamomuu @Y « ®HKL IFON um. mumpus Pozauésa»
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(OkoHyarue. Havano cm. Ha c. 73.)
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COCTOSHUA KOXM (YMeHblIEHWe KONMYecTBa namnyn), HO 3aTeM
BHOBb HaCcTynua0 060CTpeHne npolecca.

B nocnepylowem pebeHok moayyan MeToTpekcat Mo
20 mr/m? 1 pas B Hefieto U INMOCOMANbHBbINA LOKCOPYOULMH MO
20 mr/m? 1 pa3 B 2 Hefienu B TeyeHue 2 MecsLeB, Ha (hoHe Yero
Obina JOCTUrHYTa HekoTopas cTabunusauus npouecca, Ho 6e3
3HAYMMOW MONOKUTENbHOW AUHAMUKKU. B panbHeiwem nauneHt
NPOX0AWA MOHOTepanuio 6ekcapoTeHoM B fo3e 150-450 mr/cyT
B TeYEHMe 6 MECALEB CO 3HAUUTENIbHBIM YAYYLIEHUEM COCTOSAHUS
KOXW: YMEHbIUMANCH ee WenylieHue u ynnotHeHune. Ho runepe-
MUS 1 anoneuus 0CTaBanuCh.

C y4yeTom BO3pacTa pebeHKa M PE3UCTEHTHOrO TeYEHWUS
3a60eBaHNs ObIO PELEeHO, YTO eAMHCTBEHHBbIM paAWKaNb-
HbIM METOAOM M3/eYeHUs CTaHeT aNNoreHHas TpaHCMNaHTa-
LMA remono3aTuyeckux cTBonoBbix knetok (TICK). B mexpyHa-
POAHOM perucTpe nauueHTy Obin Mofo6GpaH HeponCTBEHHbI
10/10 HLA-coBmecTuMmblit goHop, u B MapTe 2014 r. 6Gbina
nposegeHa annoredHas TICK ¢ TCRa/b/CD19-genneuneit
C KOHANLMOHMPOBAHWEM, BKAOYABLWUM: (hayaapabuH 150 mr/m?
(c -6 no -2 peHb), TpeocynbtaH 42 r/m? (c -5 no —3 fAeHsb),
mendanaH 140 Mr/m? (-2 [eHb), aHTUTUMOLMTAPHBIA TNOBYNUH
5 mr/kr (c =5 no -3 AeHb), bopTesomnd 1,3 Mr/m? (-2 AeHb),
putyKcumMa6 100 mr/m? (-1 peHb) Ha hOHe CONPOBOAUTENbHOI
Tepanuu.

MpuxuBneHne TpaHCcnNaHTatTa 6bIIO JOCTUrHYTO Ha +14
A€Hb, NPOhUNAKTUKA PEAKLMU KTPAHCMIAHTAT NPOTUB X03AUHA»
npoBogunacb boprtezomubom. B HacToswee Bpems (montopa
roga nocne TICK) pebeHOK Haxo[uTCs B pEMUCCUM, C XOPOLIEeit
dbyHKUMel TpaHcnnaHTata, 6e3 NpU3HAKOB XPOHWUYECKON peak-
LMW «TpaHCMNaHTaT NpoTUB X03AuHa». CoxpaHsaeTca anoneymns
BOJIOCUCTOM 4acTyW roNoBbI.

Mo HaweMy MHEHUIO, HECMOTPS Ha WHTEHCUBHOCTb W Pa3HoO-
obpasue Tepanuu, onTUManbHbIM METOLOM W3NEYEHUs B AaH-
HOM cnyyae sBnanack annoreHHas TICK, Tak kak BepoATHOCTb
nporpeccMpoBaHus 3aboneBaHus Oblla JOCTATOYHO BHICOKA,
a BO3pacT nauuMeHTa Mo3BOMAN UCMONb30BaTh UCKIUYNUTENLHO
KypaTWBHbIE TepaneBTUYECKUE OMLUN.

0630P JIUTEPATYPbI

lpu6oBuaHblit Muko3 (TM) — 370 T-kneToyHoe numconpo-
nudepatuBHoe 3aboseBaHWe C XapaKTEPHbIM MOPaXEHWEM
KOXM UM NOTEHUWANOM K [ucceMuHauunm B numdatnyeckue
y37bl, BHYTPEHHME OpraHbl WU KOCTHbI MO3r. YactoTa BCTpe-
yaemoctn M cocTtaBnser npumepHo 4 ciayyasa Ha 1 MaH yeno-
BEK, Yalle MOpaXalTCs MYXUMHbI (COOTHOWEHUE MYXYUH W
XeHWMH — 2 : 1). MpumepHo 75% [MarHo30B CTaBUTCA B
Bo3pacte ctapwe 50 net [5, 37]. TeuyeHue 3aboneBaHus u
MCXOA BAapbMPYIOT OT AJIMTENbHO CYLWECTBYIOLWEN OTHOCUTENBHO
OnaronpuaTHON 60Ne3HM [0 arpeccUBHON OMYXONU C BbICOKOI
CMepTHOCTblo [41]. B nuTepatype MMeIOTCA YNOMUHAHUA NULLb
HECKOIbKUX Cepuii 6onee YeM U3 NATM NALMEHTOB B BO3pacTe
po 20 net (maéa. 1).

CrapupoBaHue

B teueHuu M BeigensioT Tpu dasbl [13, 14]. 310 peneHue
HOCUT HECKOJIbKO YCNIOBHbI/ XapakTep, Tak Kak y O4HOMO W TOro
K€ MaLMeHTa MOTyT ObiTb CUMNTOMbI, XapaKTepHble AN PasHbIX
(a3 pa3BuTMs 3a60neBaHus.

1. llpemukomuyeckas, wnn namHucmas, hasa xapakrepusy-
€TCs NOABNEHUEM HA KOXe TyNOBULLA, 0COOEHHO B MECTax UHCO-
NALMN, HECUMMETPUYHBIX, HENPABMbHOK (OPMbI YelynyaTbix
3pUTEMATO3HBIX 3YAAWMX NATEH C MOBEPXHOCTHOW aTtpoduers,
KoTopble ANUTENbHO (B TeYEHUe MecALEB M Jaxe JeT) cylle-

CTBYIOT 6€3 3HaYNMOil AUHAMUKK. B 3TO BpeMms ructonornyeckas
KapTuHa buonTaTa KOXU He COBCEM xapakTepHa ans M, noato-
My AWMArHO3 MOXHO TOJNbKO 3aN0f03PUTh.

2. bnaweyHas (uHgunsmpamusHas) tasa — nosBleHue
MAOTHBIX NaNbMUPYEMbIX 3PUTEMATO3HbLIX 3yAAWMX Onswexk,
HepenKo KOMbLEBUAHBIX, YAaCTO aCCOLMMPOBAHHbIX C anoneLueil
W runepKeparo3om.

3. Onyxonesas dasza — noseneHue 6onbwux (> 10 cm)
Y310B, PacTylMX M3 MpealecTByOWNX NATeH, Onsawek unu
Ha HeM3MEHeHHON KOXe, C CUCTEMHON MHQUNbTPaLMeEN n pac-
npoctpaHeHneM. Onyxonesble y3nbl MOTYT COMNPOBOXAATbCS
3y710M U U3bA3BNEHUEM.

KnuHuyeckoe cTagupoBaHue NpOBOAWTCA WCXOAA W3 pac-
NPOCTPaHEHHOCTU 6ONE3HU W HANNYUA OMYXONEBbIX Y3J0B.
MexayHapoaHoe obuiectso numdom koxu (aHm. International
Society for Cutaneous Lymphomas) u EBponeiickas opra-
HM3auMA MO M3y4YeHWo U nedeHuto paka (aHm. European
Organisation for Research and Treatment of Cancer) npeanoxw-
NN CUCTeMY CTaupoBaHua W knaccudukauum TM u cuHgpoma
Cesapw [9, 26]. B Hell oLeHMBAIOTCA pacnpocTpaHeHue n Kade-
CTBO MOPAXEHUS KOXM, BOBNeYeHWe NUMbOY3N0B U BHYTPEH-
HUX OPraHoB, YTO MO3BO/SET ONPeAenuTb NPOrHO3 U Heobxo-
AMMYI0 Tepanuio.

Cmadus TA — naTHa/6AsWKKM 3aHUMalOT MeHee 10% Bceil
MOBEPXHOCTU KOXM MalMeHTa, HET BOBJEYEHWUA KPOBM, AOMY-
CTUMO Hanuuue MeHee 5% aTunuyHelx T-KNETOK C Lepebpu-
tdopmHbiMK sapamu (kneTok Cesapu) B nepudepruyeckoin KpoBu
(T, Ny M, B,)-

Cmadus IB — nsaTHa/nanynbl/6nawku 3aHumaot 10%
NOBEPXHOCTU KOXMW U 6Gosiee, HET BOBNEYEHUS KPOBU, AOMYCTU-
MO Hanuuue meHee 5% atunuuHblx T-knetok (knetok Cesapwu)
B nepudepuyeckoir kposu (T, N, M, B ).

Cmadus IIA — nw6as nnowanb nopaxeHus (naTHa/nany-
nbl/6GNAWKM) U KIMHMYECKM W3MEHEeHHble nepucepuyeckue
numoysnbl (N,) unm ux nopaxenne M (N,) 6e3 Bosneuye-
Hua kpoen (T, N, , M, B, ). B 5% cnyyaes oTmeuaeTcs
Anddy3Has bonesHeHHas 3yAswas IPUTPOAEPMUS C KIETKaMu
Cesapu (onyxonesble T-nuMdOLUTEI) B KONUYecTBe MeHee 5%
B nepucepuyeckoit kposu (cungpom Cesapu, onucaH A. Sézary
n J. Bouvrain B 1938 r.).

Cmadus IIB — opHa onyxonb Uiu 6onee guametrpom 1,5 cm
u Gonblue, OTCYTCTBME WA HANWU4YMe NopaxeHus AuMdoy3nos,
OTCYTCTBUE BUCLLEPANbHOTO MOPAXEHUA WAW 3HAYUMOrO nopa-
weHus kposu (T, N, , M, B ).

Cmadus III — 3sputema ¢ BoBneyeHnem Gonee 80% noBepx-
HOCTW KOXU, OTCYTCTBME WM HanMume nopaxeHus numcoysnos,
OTCYTCTBME BUCLIEPANBLHOTO NOPAXXEHWSA U 3HAYMMOTO NOPaXKEHNs

kposu. Cmadus INA—T, N, M, B,. Cmadus IIIB—T,N M, B..

Cmadus IVA1 — onpepenserca npu Hanuuuu Gonee
1000 knetok Ce3apu B 1 M KpOBW NpW NO3UTUBHOM KNOHANbHO-
cm (T, N, M, B,).

Cmadus IVA2 — BoBneyeHue pernoHapHbix unu anddysHbix
numMbOoy3n0B, Hanuyue B HUX GOJBLWINX KNACTEPOB aTUMUYHbIX
knetok (6osiee 6 KNETOK) MM TOTaNnbHOTO 3aMelleHns numdoys-
na onyxonesbimu knetkamn (T, N, M, B ).

Cmadus IVB ycTaHaBnMBaeTCs Npu BUCLEpanbHOM Nopaxe-
HUW: NeYeHb, CeNle3eHKa, KOCTHbI MO3T, MOYKH, XKEeNyA0K, FoN0B-
Ho# mo3r (T, , N ., M, B, ) [5, 26].

Kpome obbema pacnpocTpaHeHus (CTaguu), HeraTuBHoe
MPOrHOCTMYECKOE 3HAYeHMe WMEeKT MOoBblleHWe YpPOBHEN
NaKTaTaerMgporeHassl, pactsopumoro peuentopa IL-2, CO3,
VBENIMYEHUE COfepKaHUA 303uHOGMNOB B Kposu [2, 9, 12,
22, 35, 38]. OpHako cywecTBylOT W GnaronpuaTHbIE MPOTHO-
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Tabaura 1 l

AeuyeHure TAIIEHTOB MOAOAOI'O BO3PACTa C IPUOOBUAHBIM MUKO30M II0 AAHHBIM AUTEpaTypshI [37]

Moka3atennb Zackheim u Peters u Burns u Hickham u Quaglinon | Tan u coasr.,
coaBT, 1997 | coaBTt., 1990 | coaBT., 1992 | coaBT., 1997 | coaBT., 1999 2000
Yucno nauneHTos, abce. 24 5 9 5 7 9
Bo3spact Ha MmOMeHT nocTa- <20 <18 <30 <20 <20 <21
HOBKMW IMarHo3a, et
Yncno nauneHToB Mnaglue 22 5 4 5 4 9
16 net npu nepBsbIX NposBie-
Huax 3abonesaHus, abe.
MepuaHa BpemeHu oT nepBbix | 8 (0-43) 4 (1-11) 5 (2-12) 2,5(1,5-13) 2 (0-4) 5 (3 mec. —
CMMNTOMOB A0 AWArHo3a 10 ner)
(BnanasoH), rogsl
MegnnaHa HabnoaeHus, rogsl | 12,8 (2 mec. | He coobuwa- | 11 (6-15) 6,5 (2-10) 7 (1-17) 3,2 (1-8)
— 24,6 ropa) | etcs
[lons runonurmeHTUpOBaAH- 20,8 0 0 0 14,3 88,9
HbIX cnyyaes, %
[lons cnyyaes c nonkunogep- | 8,3 0 333 0 0 0
MOVI, %
Yucno nauneHToB C npose- He coobua- 2 8 1 7 He coobua-
LEHHbIM UMMYHOTUCTOXUMU- | €TCA eTcs
YyecKuUM uccnefosaHuem, ade.
[ons CD8*-cny4aes, % He coobua- 50 13 0 0 He coobua-
eTcs eTcs
TCR-aHanu3, Southern Blot He coobua- SB cpenaH SB cpenaH SB cpenaH SB cpenaH He coobua-
(SB), a6c. ercs y2/5,y1/2 |y8/9,y4/8 y 2/5,y2/2 y3/7,y3/3 eTcs
MO3UTUBHO B | NO3UTUBHO B | NO3UTUBHO B MO3UTUBHO B
KoXe Koxe, y 0/8 — | Koxe Koxe
B KpOBU
Ncxop 24 — XWBbI; | 4 — XUBbI; 9 — XMUBbI; 3 — XWUBbI; 6 — XUBbI; 9 — XUBbI;
18 — uBbl 2 — XUBbI 9 — XMuBbI 2 — XWUBbI 3 — XWuBbI 8 — XuBbI
c 6onesHblo; | c 6onesHblo; | c 6onesHblo; | c 6onesHbio; c 6onesHblo; c 60n1e3HbI0;
6 — nonHas 1 — cucrem- | HeT cuctem- 1 — nonHas 3 — nonHas 1 — nonHasa
pemuccus; Has nporpec- | HOW Nporpec- | pemuccus; pemuccus; pemuccus;
HeT cucTem- cus; cuu 1 — cuctem- |1 — cuctem- | HET cUCTEM-
HOW nporpec- |y 2 pa3Bu- Has nporpec- | Has nporpec- | HOW mporpec-
cuu JINCb BTOpbIE cus; cus, ymep ot cuu
numdomsl 2 — ymepnu 6onesHun
(HD), 1 u3 0T 6one3Hu
HUX yMep

[Tprmeuanue. HD

Xoaxknua 6oaesup; TCR — T-kaeTounsIil pererntop.

cTUyeckue cakTopbl: noBbiweHHoe 4yucno CD8-no3uTuBHBIX
peakTuBHbIXx T-knetok, FoxP3-no3uTusHbIX T-perynAatopHbix
knetok, CD1a-no3WTUBHLIX [EHAPUTHBIX KNeTok B Ouo-
nTate [6, 8, 23, 36].

M sBnseTcs 3/70KayecTBEHHbIM 3aboneBaHueM. MoHoO-
KNOHanbHble peappaHXWPOBKW TeHOB T-KNETOYHbIX peLenTo-
poB (TCR) onpepensiotca ctaHpapTHbIMU MeTogamu (Southern
Blot pna TCR-B u MNUP ana TCR-y u TCR-B) y 90% nauneHTOB
c M [7, 39, 40, 43, 44].

3Tnonorma W natoreHes 3TOr0 NpoLecca HEeU3BEeCTHbI.
CywecTBylOT runotessl 0 BAWAHWUM Ha pa3suTue M peTpoBu-
pycos HTLV-1, HTLV-2, sBupyca 3InwreitHa — bapp, untome-
ranoBupyca, TOKCMYECKWUX BelLecTB, reHeTUYecKon npeppac-
NONOXEHHOCTH, HO 3TW TUMNOTEe3bl 1O HACTOALLEro BPEMeHN He
noateepxgeHsl [5, 10].

B nocnegHee Bpems Bce Gofblie BHUMaHWUA yaensoT
BO3MOXHOMN accounaumn M u Bupyca repneca 8-ro Tuna
(HHV-8). Wccneposanus metopom MLUP B 70% cnyyaes Bbi-
ABUNM B oYarax nopaxeHus Bupyc-cneunduynyo [HK,
HO Npu 3TOM WMMYHOTUCTOXUMWUYECKW NaTeHTHbIA Afep-
HbIl @aHTUTEH He Onpefenancs, BepoATHO, B CBA3MU C HU3KUM
copepxaHuem Bupyca [18].

Knetkn onyxonu npu M 3KcnpeccupyioT LUTOKUHOBbIE
peuentopbl CCR4 u CCR10. CCL17 u CCL22 — 370 nuraHgsl
k CCR4, koTopble B BbICOKOW KOHLEHTpPaLMW NpUCYTCTBYIOT
B o4arax nopaxenus npu 'M n B cbIBOPOTKE KPOBM NaLMeHTOB
¢ cuHpgpomom Cesapw, Tak xe Kak u CCL27 — nurang k CCR10
[10]. B3aumopeiicTBue peLenToOpoB C NUraHAAMWU He TONbKO
BAMSAET Ha npouecc murpauuu T-kNeToK, HO U obecneynBaer ux
BbI)KMBaHME NyTEM aKTUBALMW aHTMANONTOTUYeCKux nyTeit [10].
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Bo3moxHO, 4TO Takoe B3auMopAelicTBUE XeMOKMHOB obecneyn-
BaeT NepCUCTEHLMIO 04aroB B ANUAEPMUCE.

Knetku M Bce Bpemsi HaxoAAaTcs B COCTOSHUM AKTUBA-
LMU — OHU IKCMPECCUPYIOT Takue MONEeKy/bl aKTUBUPOBAHHbIX
T-knetok, kak CD45Ro u IL-2R, uTo BefeT K 3anycky BHyTpUKe-
TOYHbIX CUTHANbHLIX Genkos, Hanpumep cemeitctea JAK-STAT
[1, 3, 21, 25]. BeposTHO, 3TO BAMSAET HA Perynsaumio KNeTo4yHoi
nponudepauun u BbiXuBaHMA. Kpome TOro, HapylweHWo HoOp-
ManbHbIX nyTeil anonTo3a B knetkax M MoryT cnocobcTBo-
BaTb MyTauuu reHa Fas, MHTMOMTOpPLI anonTo3a, BOBNEYEHHblE
B curHanbHblit nyts TNF, 1 aktuBauma curianbHoro nytn NF-«kB
[11, 33].

[AnarHocTuka

[unarHo3 M cTaButca Ha OCHOBAHWM TUCTONOrNYECKOTO
uccnefoBaHus Buontata KOXM C nocnefylolum ero UMMyHo-
TMCTOXMMUYECKUM W MONEKYNAPHO-TEHETUYECKUM UCCNefoBa-
HueM. Onyxonesble knetku npu 'M — 370 3pensie T-numdoLuTsI,
KOTOpble MPOLWN aHTUTEHHYIO CTUMYAALMIO B TUM(ATUYECKOM
y3ne. OHM UMeIoT TeHAEHLMIO K KOIOHU3auum anuaepmuca (anu-
AEpMOTPOMNM3M), Nyylle BCEro 3aMeTHOI B paHHUX da3ax 3a6o-
neBaHus (natHo, 6aswka) (cm. puc. 1). KoxHbiii nHDUALTpAT
COMEPKUT GONbLIME KNETKU HenpaBuabHO GopMbl ¢ Lepebpu-
(hOpPMHBIMKM MAK CKNAZYaTbIMU SAPaMU, U3BECTHbIE KaK KNEeTKU
Ce3apu. loxoxue KNETKM, HO B MEHbLIEM KONWUYEeCTBE MOryT
BCTpEYaTbCA U NpU ApYrUX JepMaTo3ax, No3ToMy HeobXoaumo
NPUHUMATb BO BHUMAHWE KIWHWUYECKUe AaHHble U COMyTCTBY-
foLyMe rucToNornyeckne 0co6eHHOCTH.

OpHY W3 maBHbIX YepT NpeAcTaBAfeT 3NUAepMOTPONU3M,
OH CBfi3aH CO cTapgueil 3aboneBaHus W CTeneHbld AnddepeH-
LMPOBKM NUMGOLMTOB — MpKU Pa3BUTUM B Onyxonesyio dasy
M KkneTku cTaHOBATCA 6GONbWWMK, TPAHCHOPMUPOBAHHBIMMU
1 3NUAEPMOTPONU3M UCYe3aeT [4, 15, 24, 29, 31]. B T0 e Bpems
3NUAEPMOTPONN3M He ABNAETCSA YHUKaNbHBIM nposBneHnem M,
TaK KaK OH MOXeT BCTpeYaTbCs Npu TAXeNbIx GopMax nosepx-
HOCTHOTO AepmartuTa.

Tunuunbim gna TM aBnseTca TaKkKe Hanuuue ncespoabdcLec-
co [loTpue — CcKOMNEHW A aTUNUYHbIX NUMBOUAHBLIX KNETOK
B MHTpaZepMabHbIX Be3ukynax (cMm. puc. 1). Onyxonesble KNeTKu
nmetor nmmyHodeHotun CD2+, CD3+, CD4+, CD5+, CD7- n CD8-
(cM. puc. 2). Pepkumu dopmamn ABRAKOTCA BapuaHTbl C FMMONMUT-
MeHTaLMelt, B TaKOM C/ly4ae KIETKW OMyXonu MOryT uMeTb heHoTUN
LIMTOTOKCHYeCKnX NumcoumnToB ¢ 3kcnpeccueit CD8.

[PMGOBMAHDBIA MUKO3 Y AleTell U NOAPOCTKOB

Mo paHHbIM nuTepatypbl, Yactota M y peteit 1 NOAPOCTKOB
cocTaBnseT Bcero 0,5-2,7% [16, 20, 32]. OfHaKo BO3MOXHO, 4TO
Ha camoMm fene OH BCTpeyaetca yale. Camblit Mnagwmii U3 naum-
€HTOB OblN B Bo3pacTe 22 mecsles [19]. Manbunku GonetoT yalle
[EeBOYeK.

B petckom Bo3pacTe 3aboseBaHMe 0ObLIYHO HauyMHaeTcs
c dasbl nATHa/ONAWKW UAW C TUNOMUIMEHTALMW, WHOTAA
OTMeYaeTcs NnopaxeHue TONAbKO ofHOi obnactu. [loctatouHo
penko 06one3Hb TeyeT arpeccuBHo, C ObICTPbIM PA3BUTH-
em onyxonesoi nporpeccuu. B Lenom nporHos conoctaBum
C TaKoBbIM y B3pocabix (10-neTHss 06lWwas BbIKUBAEMOCTb —
74%) [28].

MIMMyHOeHOTUN KNETOK TaKoi Xe, Kak y B3pocnbix. OfHako
B 50% cnyyaes BCTPeYaAIOTCA BapUAHTbI C TMNONUIMeHTaLMe.

B 0HOM 13 cambix OOMbLIMX PETPOCNEKTUBHBIX UCCEA0BAHMM
no My peteii B rpynne u3 34 nauMeHToB MeAMaHa BO3HMKHOBE-
HUA cumnTomMoB cocTasuna 10 net (ot 6 fo 16 NeT), a TOUHbIA Ana-
rHo3 I'M 6bin NOCTaBNEH B CpeiHEM MO UCTEYEHUU 4—5 NeT nocne

noABNeHUs NepBbIX CMMNTOMOB. Ha paHHux ha3zax yalie Bcero
3BYYaNM AMArHO3bl «3K3EMay, KNCOPUA3Y, KBUTUIUTO», NPU 3TOM
cTaguu 3abonesaHus He npesblwany I-ITA. Mocne npoBeAeHHOI
Tepanuu y GONbIIMHCTBA NALMEHTOB OTMEYaNach PErpeccus Cum-
NTOMOB, YacToTa chy4vaes nporpeccuu 3a 10 net coctasuna 29%,
a o61was BbiXkMBaeMoctb — 93% [37].

JleyeHne

Tepanuio TM Ha3HayalOT Npexpae BCEro C y4yeToOM CTaguu
3aboneBaHus. IA, IB, ITA 0THOCATCS K OrpaHUYEHHbIM CTagUAM,
a IIB, III, IV — k npopBuHyTbiM. [M cuynTaeTcs Hemzneynmbim
3a60N1eBaHMeM, HO MpPU OrPaHUYEHHBIX CTAAUAX CPefHAs Npo-
LOMKUTENbHOCTb XMU3HU cocTaBnset 12 net. C fpyroit CTOPOHSI,
y NAaLWEeHTOB C NPOABUHYTLIMKU CTaAMAMW MAM MpOrpeccuen
Me[MaHa BbIXXMBAEMOCTU He npeBblwaeT 2,5 roga. Haubonee
BaXHbIMM MPOrHOCTUYECKUMU (aKTOpaMu ABNAOTCA CTafua
60ne3HU, TyMOpPO3Has opma M OTBET Ha Tepanuio.

Mpu IA-IIA cTapuax nauueHToB (Kak MpaBuno, 3TO JOAM
MOXMJOro BO3pacTa) CHayana MOXHO NpocTo HabAaTh, HO
006bIYHO BHIGOPOM ABASIOTCA TOMUYEcKas Tepanus (KOPTUKO-
CTepoufbl HApYKHO UM B o4aru), hoToTepanus — ncopaneH ¢
o6nyueHuem ynbtpaduonetom knacca A (PUVA), obnyyeHue ynb-
Tpaduonetom knacca B. OtBeyatoT Ha 310 neyeHune 60% naymneH-
TOB, CPeAN KOTOPbIX 4acToTa NofHbIX pemuccuii gocturaet 80%.
Kpome Toro, ucnonbsytotca kombuHauum PUVA ¢ UOH-a unu
peTMHOMAAMM, TONMYECKasn LUToCTaTuyeckas Tepanmsa — Mexno-
petamuH (MyctapreH) unu kapmyctuH. lpumeHeHue nocnep-
Hero npenapara 4acto COMPOBOXAAETCA peaKkuMAMU runepyys-
CTBUTE/IbHOCTM, OCOOEHHO MpY COYETAHUM C APYrUMU Ma3sMu,
a ANWUTENbHOE ero MCNoNb30BaHME MOXET NPUBECTU K BTOPUY-
HbIM paKkaMm Koxwu. Tepanus BTOPOW ANHUM NPU PaHHUX CTAfUAX
6onesHn BkntoyaeT peTuHoupbl (bekcapoteH), N®H-a, HU3KKe
Lo3bl MeToTpekcata (20-60 mMr B Hefiento), UHIMOUTOPLI TUCTOH-
peaueTunas (0fobpeH ToAbKO BOPUHOCTAT), fEHUNENKUH AUdTH-
ToKC (onyxosb AOMKHA 3KkcnpeccupoBatb CD25) u moxeT ObiTb
[OCTaTOuHO 3(PMEKTUBHON, Npexae Yem NpUAETCA Ha3Hayatb
XMMUoTEpanuio.

KoxHble numcboMbl 06bIYHO PafMOUyBCTBUTENbHbI, HO OTBET
3aBUCHUT OT [O3bl U CTafun 6onesHu. TaK, JOCTUKEHUE PEMUCCUM
npu cTaguu T1 (nokanbHoe obayYeHne Unu 31eKTpoHHOE 0byYe-
Hue Bcero Tena) gocturaet 90%, a npu T4 — Bcero 20—-30%. MMpu
no3ax 10-20 Ip oteeT cocTaBnsieT 55%, a npu 30 Mp — 94% [27].

PeTuHompbl — rpynna CTPYKTYPHbIX U (DYHKLMOHANbHbBIX
LepuBaTMBOB BUTaMMHA A (peTuHona), KOTopble CBA3bIBAKOT-
CA C A4epHbIMU pelenTopamu (peuenTop PeTMHOEBOW KUCIO-
Tl — RAR, peuenTop petuHonga X — RXR) v B3aumopeiicTeyioT
yepes pasHble TpAHCKpUNLUUOHHbIe dhakTopbl. RAR 1 RXR umetot
pasnanyHble n30(opMbl, NO-pa3HOMY NpefCTaBiAeHHble B TKAHAX
opraHu3ma. Koxa copepxut u RAR, n RXR. bekcapoteH —
HOBbIW CUHTETUYECKUI PETUHOWA, CENEKTUBHO CBA3bLIBAIOLWMIACA
c cemeiicteoM RXR, KOTOpbIi Npou3BOAUTCA KaK B Kancynax,
Tak 4 B BMAE HapyxHoro rens. [laxe B cayyasx pedpakrep-
HOro npouecca oH 3((heKTMBHO peAyLMUpyeT oyaru B TeyeHue
2—-4 mecsLeB.

NOH-o mopmnduumpyeT 6Uonoruyeckmnii oTBeT U UCNoNb3yeT-
CA BO BTOPOM IMHWM Tepanuu Ana paHHUX CTagui uav B NepBoii
NUHUW ANA NpofBMHYTBIX cTaguit M. OTBeT Ha Hero oxupaercs
yepes HeCKOJbKO Hefenb Tepanuu, yacto NUPH-a koM6UHMpytoT
¢ PUVA, xumnoTepanuein n peTuHongamu.

Mpu NponBUHYTEIX CTAAUAX UAU pedpaKTEPHbIX HaYaNbHbIX
cTagusax TpebyeTcs MynbTUAMCLUUNAMHAPHLIA noaxon. Ons IIB—
IIT crapuit neyeHue Yalle HAYMHAKOT C JIOKANIbHOW Tepanuu,
NOH-o, 6ekcapoTeHa, BOpMHOCTaTa M TONbKO MpW pedpak-
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Tabauma 2 l

O peKTUBHOCTH CHCTEMHOU XMMUOTEPAIINU IIPU KOXKHBIX T-AnMd¢omax
II0 AAHHBIM Pa3AHMYHBIX HccAepoBaHui [30, 34, 42, 45]

Mpumep Tepanuu

3pdexTuBHOCTL (061K YPOBEHD
OTBETa) Ha pasHbIX CTafUAX

KommeHTapum

CHOP-like IIB — 66% MUENOCYNpPeccus, puck nHdekLum,
KopoTKas pemuccus
EPOCH IIB-IV — 80% MUenocynpeccus, puck uHdekLum,

KOpOTKas pemuccus

MernnupoBaHHbIil nunocomanbHblil gok- | IA-IV — 88% XOPOLO NepeHoCUTCs

copybuLmH

MNeHToCTaTUH IIB — 75%, NMQONeHUs, HyKHa ANUTENbHAA Tepa-
IIT — 58%, nus, Nydylwe pabortaer npu CUHApPOME
IV — 50% Ce3apu

OnynapabuH + nHTepdepoH anbda ITA-IVA — 58%, HenTponeHus
IVB — 40%

OnygapabuH + yuknohochammg

IIB-IIT — 55%

numconeHus, Muenocynpeccus

femunTaduH

IIB-IV — 70%

HeiTponeHus, HdEKLUY

[Tprveganme. CHOP — nmkaodocdamua, Aokcopydurtus, BUHKpUCTHH, ITpeArnsoron; BEPOCH — aromosma,
IIPEAHU30AOH, BUHKPHUCTHH, ITHKAO(OCPAMHIA, AOKCOPYOUIIIH.

TEPHOCTU MNEPexoAAT K CUCTEMHOW nonuxumuotepanuu. [ns
nauueHToB IV cTapguu arpeccuBHas XxumuoTepanus M TpaHC-
MNaHTauua CTBONOBBIX KNETOK AO/MKHbI PaccMaTpuBaThCa Kak
MOXHO paHblue.

[HeHuneilkud [UGTUTOKC — PEKOMOUHAHTHBIA XUMEpHBIi
6enok, COCTOAWMIA M3 KOMOMHALUMM PeLenTOpHO-CBA3bIBAEMON
nocnegoBatenbHocTn IL-2 ¢ umtoToKCuyeckumn A- u B-uensmu
andrepuitHoro TokcuHa (DAB,, IL-2). On opobpeH ans neyeHus
KOXHbIX IMMbOM, KNneTku KoTopbIx 3kcnpeccupytot CD25 (c peuen-
Topamu IL-2), n 3dibeKTMBHO KOMOUHMPYETCS C BEKCAPOTEHOM.

Wurubutopel ructoHpeauetmunas (HDAC) wupoko wucnonb-
3yloTCcA A1 JIeYeHUs OHKOrematonoruyeckux 3aboneBaHuit.
BopuHoctar uHrubmpyetr I u II knacchl ructoHaeaueTunas
W ucnonb3yetcs Ans nedeHns numdom Koxu. Hekotopsle apy-
rue HDACi Toxe okasanuchk 3heKTUBHbI — POMUAENCUH, NaHO-
OuMHOCTaT, bennHocTar.

Ewe opuH npenapar, NpoAeMOHCTPUPOBABLLNIA 3 deKTnB-
HoCTb Npu M, — MoHoOKNOHanbHOe aHTuTeno k CD52 anemty3y-
Mab, HO OH B HacTosLee BPEMA MPOXOAUT CTAAMIO KIMHUYECKMX
ncecnefoBaHun.

BaxxHyto ponb B neyeHunm M wurpaer cuctemHas XuMuo-
Tepanus — 3TO W aNKUIWPYlOLWMe areHTbl, U aHTPALMKINHbI,
W NYpUHOBbLIE aHanoru, u atonosug. K coxaneHuto, 1 npu MoHo-
Tepanuu, U Npu CoYeTaHWUK NpenapaToB OTBET ObIBAET LOCTATOY-
HO KpaTKOBpeMeHHbIM. ONTMMAaNbHOTO peXumMa C [OKa3aHHOIA
3¢ deKTUBHOCTbIO He pa3paboTaHO, MOXHO MCMOJb30BaTh pPas-
Hble CXeMbl U coueTanus (maba. 2).

[ns nedeHus TM B dase onyxonesoit TpaHcdHopMaLmMn 06bIY-
HO MCMONb3YIOT CUCTEMHYID XUMUOTEPANUID C PacCMOTPeHUeM
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